Two patients with lymphoedema of the legs developed recurrent respiratory infections and were found to have panhypogammaglobulinaemia. The early recognition and treatment of this form of immunity deficiency in patients with lymphoedema is important in order to prevent recurrent infections which could cause pulmonary damage and further lymphatic stasis.
Introduction
Acquired common variable hypogammaglobulinaemia, also known as varied immunodeficiency,' is a condition of unknown cause which characteristically presents with recurrent sinusitis and pulmonary infections. A number of associated disorders have been described, including noncaseating granulomata,2'3 sarcoidosis, 4 and autoimmune blood dyscrasias. 5 We report two patients in whom acquired common variable hypogammaglobulinaemia was associated with primary lymphoedema of the lower limbs.
Case reports Case 
I
At the age of 26 this patient developed swelling of both legs which was more marked on the left. She underwent lymphography of the left leg at In order to exclude other causes of both splenomegaly and the antibody deficiency the following tests were made and found to be negative: monospot for infectious mononucleosis, hepatitis B surface antigen, cytomegalovirus CFT, brucella and toxoplasma agglutination, and antinuclear antibodies. Bone marrow examination showed increased erythropoiesis and granulopoiesis and increased numbers of megakaryocytes; alcohol and acid-fast bacilli were not seen and culture for mycobacteria was negative. Damage to lymphatic vessels and subsequent lymphoedema can result from local infection such as cellulitis1°which is common in patients with hypogammaglobulinaemia.11 It is unlikely that the lymphoedema in our patients followed infective damage to lymphatic vessels since there was no history of local infection preceding the development of limb swelling in either case, and the lymphographic appearances were those of primary lymphoedema. Kinmonth and co-workers10 divide this condition into three types on the basis of the patient's age at onset: congenital lymphoedema has its onset at birth, lymphoedema praecox before the age of 35 years, and lymphoedema tarda after 35. Both patients reported here had lymphoedema praecox.
Intestinal lymphangiectasia may present with lymphoedema and hypogammaglobulinaemia but the normal jejunal biopsy and normal serum albumen in each patient make this diagnosis unlikely. Lymphoedema also occurs in association with recurrent pleural effusions and yellow dystrophic nails in the 'yellow nail syndrome '12,13 One of this triad of features may occur in isolation, many years before the appearance of others.14 Although neither of our patients had nail changes or pleural effusions, it is not possible to exclude the possibility that they are early examples of the 'yellow nail syndrome'. Immunodeficiency is not a characteristic feature of this syndrome but Siegelman et al. 15 reported a case with low levels of serum gamma globulin in whom Ig classes were not measured, and a further case with absence of IgA on immunoelectrophoresis has been described. 1 6 Both our patients had sinusitis and there were features of bronchiectasis in patient 1. Both these conditions occur in association with hypogammaglobulinaemia6 and also in association with primary lymphoedema in patients with the yellow nail syndrome and normal immunoglobulin levels. '16 17 The cases reported here provide a further example of acquired common variable hypogammaglobulinaemia with features satisfying the definition of sarcoidosis,4 and demonstrate an association between this form of immunity deficiency and lymphoedema praecox. Cellulitis is more common in patients with lymphoedema and may cause damage to lymphatic vessels and progression of lymphatic stasis.10 The early recognition and treatment of hypogammaglobulinaemia in patients with lymphoedema may be important in preventing this cycle of damage, as well as being crucial to the prevention of lung damage due to recurrent or chronic infection.
